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[Ipuonbr — 310 WH(MDEKITMOHHBIE areHThI OEJKOBON MPUPOIBI, KAK MPABUIO, UMEIOIIHE aMU-

JIOWTHYIO CTPYKTYPY. ¥ YeJOBEeKa M YKUBOTHBIX IPHUOHBI CBSI3aHBI C PA3BUTHEM IEJIOT0 Psia
MATOJIOTHIECKIX HelpojiereHepaTUBHBIX 3a00/eBaHmil: rybuaToil sHIedaaonaTnu KpymHoro po-
raToro CKOTa, «CKpeiIn» OBell U KO3, «U3HypsIoleil 00/ie3Hn» Jioceil U ojieHeli, 00JIe3Hb HOPOK,
3aboJieBaHus YesIoBeKa, Taknx Kak «Kypy», bosesub Kpeiindennara- Axoda, dbaraabuas cemeii-
Has Oecconnutia u jpyrue. lIpuannoit Bcex NpHOHHBIX 3a00JIEBAHUIT ABJISIETCS IPEBpAIIEHUE
MOHOMEPHOII TIPOTea30IyBCTBATEIBHOM 13060pMEl Geska PrPC B dubpmitapayio nzodopiy
PrP5¢ | ycroitunByto K J€fiCTBIIO MTPOTEOIATHIECKIX (PEePMEHTOB.
s rena Prnp, komupytoriero 6esiok PrP, ussecrunr MyTarum, cBg3aHHbIE ¢ pa3BUTHEM Ha-
CJIEJICTBEHHBIX (DOPM IPUOHHBIX 3a00JI€BaHUil, KaK IIPABUJIO, JIAHHBIE MYyTAIIMA TPUBOJIAT K
nosiBIeHnIo BapuanTa PrP Gosee ckionHoro K obpasosanuio arperatos PrPS¢ | B cpasmenun c
OeJIKOM JTUKOTO THIa. B TO Ke BpeMs, B JinTepaType OTCYTCTBYIOT JAHHBIE O MyTaIlUsX, IIpe-
NATCTBYIONUX Itepexojy 6enka PrP B nmpuonnyro dhopmy.

st moncka MyTaryil, BAUAIONINX HA arperamuio MoimuHoro PrP,; Mmbr ncnosibzoBann paspa-
OoTaHHYIO B HaIllell JIabopaToOpuu JIPOXKIKEBYIO TECT-CUCTEMY Jjis (PEHOTUIMUIECKOHN JIeTeKInn
ammtonios [1]. lannast Tect-cucrema mo3BoJIsieT ONEHNBATH AMIJIONIOT€HHBI TOTEHIAI OeJl-
KOB IT0 CITOCOOHOCTH JIPOKIKeil K POCTY Ha CEJIEKTUBHOI cpejie 6e3 ajiennHa. Vcmomb3yembrit j1ist
TECTUPOBAHUS TIITAMM JIPOXKIKEN S. cerevisiae COMEPXKUT HOHCEHC-MyTaIunio adel-1/ B TeHe, KO-
aupytomem SAICAR synthetase — depment, yaacTByomuit B OHOCHHTE3€e aJICHUHA.

B xoze jmannoii paboTel mosryydena OubMoTeKa YeJTHOUHBIX [LIa3MUJI, COIeprKallias MyTare-
HU3UPOBAHHBIE BAPUAHTHI TeHa Prnp MbIiu, ciauTbie mnociegoBarebaoctbio SUP3SN. Tloce-
nosareabHocT SUP35N-Prnp B noaydeHHO# OMOIMOTEKEe HAXOASITCS 0 KOHTPOJIEM HHIYIIN-
6enpaoro mpomoropa C'UP1. B Hacrosiiiiee BpeMsi BeIETCA CKPUHUHT OMOJIMOTEKHU ILIA3MUJL C
MIOMOIIBIO JIPOXKKEBOI TeCT-CUCTeMBI. B pe3ybraTe CKPUHIUHTA BBISIBJIEHBI KAK M3BECTHBIE, TaK
U paHee He ONUCAHHBIE MyTallnd, ycuinBaiomiue arperaruio 6eyka PrP. Kpome Toro, Brnepsbre
ObLIN OOHAPY?KEHBI MYTaIlii, KOTOPBIE MPEHITCTBYIOT IPUOHHON arperauu MBIIITHOTO Oe/iKa
PrP.

Pabora ermoinena npu punancosoit mojepkke Cankr-IlerepOyprekoro rocyrapcTBeHHOTO
yuusepcurera (mpoekt Ne 95444727). B pabore ncnosbzosaiu npubopsbie 6a3er PIL « PMuKT»
n «Xpomacy» Hayunoro nmapka CIIOL'Y.
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